Microscopic polyangiitis in a patient with primary biliary cirrhosis: Treatment complications  by Ruiz-Ferreras, Elena et al.
r1
2
3
4
578  n e f r o l o g i a. 2 0 1 6;3  6(1):72–87
haemorrhage.8 Abstention from C/L is the mainstay of treat-
ment and, in addition, various immunosuppressants have
been used.8,9 The patient’s clinical course is not always good,
and he or she may require maintenance dialysis.8
It would be appropriate to alert medical professionals to the
onset of C/L use syndrome, above all in the presence of neu-
tropenia and multiple autoimmune phenomena. Given that
cocaine use is illegal and patients tend to deny it, it is impor-
tant to maintain a high degree of clinical suspicion to reach a
diagnosis.
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Dear Editor,
A 70-year-old woman with a prior history of primary bil-
iary cirrhosis diagnosed 18 months earlier, being treated with
ursodeoxycholic acid 600 mg/day. No prior history of hyperten-
sion or diabetes mellitus. No known kidney diseases. Admitted
to the nephrology department owing to acute renal func-
tion deterioration (creatinine: 4.12 mg/dl; urea: 122 mg/dl).
 Please cite this article as: Ruiz-Ferreras E, Martín-Arribas A, Taberne
García-Cosmes P, et al. Poliangeítis microscópica en paciente con cirros
2016;36:78–80.Elche, Alicante, Spain
b Servicio de Anatomía Patológica, Hospital General Universitario
de Elche, Elche, Alicante, Spain
∗ Corresponding author.
E-mail address: nefro elx@gva.es (A.E. Sirvent).
2013-2514/© 2015 Sociedad Espan˜ola de Nefrología. Published
by Elsevier España, S.L.U. This is an open access article
under the CC BY-NC-ND license (http://creativecommons.org/
licenses/by-nc-nd/4.0/).
http://dx.doi.org/10.1016/j.nefroe.2016.03.003
ient  with primary  biliary
ns
 con  cirrosis  biliar  primaria.
Reported wasting syndrome, over a period of several months.
Diuresis was maintained, and vital signs (blood pressure [BP]:
125/75 mmHg) and physical examination were normal.
Findings included normocytic normochromic anaemia (Hb
10.3 g/dl), which required initiation of erythropoietin treat-ro-Fernández G, Lerma-Márquez JL, Fraile-Gómez P,
is biliar primaria. Complicaciones del tratamiento. Nefrología.
sediment, and ++++ microhaematuria. She tested positive
for p-ANCAs at a titre of 29.1 IU/ml. She also tested positive
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Fig. 1 – Evolution of creatinine, proteinuria and p-ANCA ﬁgures after starting treatment with corticosteroids and
cyclophosphamide. The grey band represents the period of admission in the nephrology department.
for anti-mitochondrial antibodies that were, at stable lev-
els, given her already known biliary cirrhosis. Considering
her acute kidney failure with positive autoimmunity for p-
ANCAs, she underwent a kidney biopsy, which was consistent
with diffuse extracapillary proliferative glomerulonephritis
with cellular crescents in 75% of her glomeruli. She was diag-
nosed with rapidly progressive kidney failure secondary to
type III or pauci-immune extracapillary proliferative glomeru-
lonephritis, consistent with microscopic polyangiitis (MPA).
Treatment with corticosteroids and oral cyclophosphamide
(1.5 mg/kg/day) was indicated. Good response to treatment
with modest kidney improvement up to a creatinine level of
3.63 mg/dl at discharge from the hospital.
During subsequent follow-up in a nephrology visit, the
patient was found to be asymptomatic and with a good con-
trol of BP. Her serum creatinine values decreased (1.56 mg/dl),
her p-ANCA titre were also reduced (8.5 IU/ml), her proteinuria
decreased (0.639 g/day) and her microhaematuria disappeared
(Fig. 1). In addition, her haemoglobin levels improved so eryth-
ropoietin treatment was discontinued.
Two  months after hospital discharge, she was admitted
to the GI department due to gastrointestinal bleeding that
affected her laboratory results with an acute exacerbation
of renal failure due to hypotension and volume depletion.
Gastroscopy and a colonoscopy were performed; denudation
with capillary bleeding upon contact plus superﬁcial and deep
ulcers were observed, thus signs of vasculitis and inﬂam-
matory bowel disease were ruled out. As for infection, she
tested positive for IgMs for cytomegalovirus, and herpes virus
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Fig. 2 – Colonoscopy.
and aciclovir was administered. A diagnosis was made of
lower gastrointestinal bleeding secondary to enteritis due to
cytomegalovirus in an immunosuppressed patient; in addition
patient had herpes virus together with haemorrhagic coli-
tis due to direct cyclophosphamide toxicity with secondary
thrombocytopenia. Patient had uncontrollable gastrointesti-
nal bleeding and despite a reasonable response of the kidney
disease, she died a month and a half after hospital admission.as isolated in oropharyngeal lesions. Despite the improve-
ent in renal function up to baseline levels, the patient
ad a poor clinical course, as frequent fresh bloody stools
ersisted and she required transfusions every 24–48 h that
equired admission to ICU. A repeat colonoscopy was per-
ormed, which showed multiple deep ulcers on punch biopsy
ith abundant bleeding (Fig. 2), and CMV  of 27,784 cop/ml
as  conﬁrmed with PCR. Anti-viral treatment with ganciclovirMPA is characterised by a constant and early presence
of rapidly progressive glomerulonephritis. It is important to
bear in mind treatment-related complications due to both
direct toxicity and immunosuppression-related toxicities. In
our patient’s case, although her kidney disease responded well
to treatment, there was a fatal complication, cytomegalovirus
enteritis.1,2 This led to uncontrollable lower gastrointestinal
bleeding and, ﬁnally, to her death.3,4
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It is not uncommon to ﬁnd a combination of several
autoimmune diseases in a single patient, given their common
background. In our case, MPA was diagnosed in a patient with
a prior history of primary biliary cirrhosis, even though there
are few references in the literature of cases in which these two
diseases are combined.5–7
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To the Editor,
We  present the case of a 64-year-old woman with multiple
allergies, poorly-controlled hypertension, frequent headaches
being followed by the neurology department, duodenal ulcer
with a partial gastrectomy performed more  than 20 years ago,
and chronic kidney disease (CKD) secondary to IgA nephropa-
thy. She began haemodialysis in May 2004. In November 2004,
she received a cadaveric renal transplant; due to recurrence
of underlying disease there was a progressive deterioration
in renal function. In October 2010 she re-started a dialy-
sis programme in the form of automated peritoneal dialysis
(APD).
The patient presented to the emergency department after
few hours of sudden-onset epigastric pain, radiating to the Please cite this article as: Hidalgo-Ordon˜ez C, Sánchez-Alvarez E, Ro
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back, and with associated nausea. A peritoneal exchange
was performed, in which signiﬁcant haemoperitoneum was
observed. It was therefore decided perform further test to
investigate the cause of haemoperitoneum.
Blood tests showed a Hb of 9.4 g/dL, leukocytes of 11 400/l,
normal platelet count, urea of 133 mg/dL, creatinine of
9.95 mg/dL, and sodium and potassium within normal range.
There were no coagulation abnormalities. In the peritoneal
ﬂuid analysis, the red cell count was 135 000/mm3 and leuko-
cytes were 369/mm3 (79.9% PMNs).
Following review of all the ﬁndings, it was decided to per-
form axial computed tomography (CT) with contrast. This
revealed the presence of a hyperdense nodule in the posterior
region of the gastric fundus compatible with pseudoaneurysmdríguez-Suárez C. Una causa infrecuente de hemoperitoneo
0–81.
